I[NTRODUCTION]{.smallcaps} {#sec1-1}
==========================

Epidermoid cysts are quite uncommon in the craniofacial region, more so in the intradiploic region of the skull. They are slow-growing, benign cystic lesions. Intracranial extensions of the tumors occur rarely. Epidermoid cysts with both extracranial and intracranial extension are extremely rare. Accurate radiological diagnosis followed by excision of cystic lesion is an ideal treatment.

C[ASE]{.smallcaps} R[EPORT]{.smallcaps} {#sec1-2}
=======================================

A 14-year-old girl presented with complaints of swelling over the forehead for the past 5 years, gradually progressive, not associated with pain, and no history of trauma.

On examination, the patient was found to be clinically stable with a 5×5-cm, smooth, nontender, hard swelling on the forehead in the midline extending onto the left side.

Computed tomography (CT) scan revealed a 5.1×5.2-cm cystic lesion in expanded left frontal sinus extending into the anterior cranial fossa. Magnetic resonance imaging (MRI) revealed a 5.1×5.2-cm T1 heterogeneously hypointense and T2 hyperintense cystic lesion arising from the frontal bone in the midline with thinning of inner and outer tables of frontal bone associated with cortical buckling of bilateral anterior frontal lobes showing minimal peripheral enhancement postcontrast and restriction on diffusion-weighted imaging (DWI) \[[Figure 1](#F1){ref-type="fig"}\].

![MRI revealed a 5.1×5.2-cm T1 heterogeneously hypointense and T2 hyperintense cystic lesion arising from the frontal bone in the midline with cortical buckling of bilateral anterior frontal lobe, restriction on DWI](JPN-13-480-g001){#F1}

Bifrontal craniotomy was performed and the cyst was excised *in toto* \[[Figure 2](#F2){ref-type="fig"}\] followed by cranialization of the frontal sinus. Excised specimen was sent for histopathological examination, which revealed a cyst lined by keratinized squamous epithelium with loose keratin tissue in the cystic cavity \[[Figure 3](#F3){ref-type="fig"}\].

![Intraoperative pictures showing cyst with keratin contents](JPN-13-480-g002){#F2}

![Histology revealed cyst lined by keratinized stratified squamous epithelium with plenty of loose keratin in the cyst cavity, indicating an epidermoid cyst (H&E stain, ×10)](JPN-13-480-g003){#F3}

Postoperative course was uneventful with good aesthetic results.

D[ISCUSSION]{.smallcaps} {#sec1-3}
========================

Epidermoid cysts popularly known as "Tumeur perlees" (pearly tumors) were first described by Cruveilhier in 1835.\[[@ref1]\] Intradiploic epidermoid cyst was first described by Cushing in 1922. They represent 0.04%--0.7% of intracranial neoplasms.\[[@ref8]\] They are considered pseudotumors as they occur due to sequestration of ectodermal elements within the cranial cavity during the neural tube formation because of defective separation of neuroectoderm.\[[@ref5]\] Posttraumatic etiology was considered in a few cases.\[[@ref4]\] Enlargement of the intradiploic epidermoid cysts occurs by desquamation of the normal cells into the cystic cavity and not by active cell division, thus explaining the slow-growing, benign nature of the cyst; however, they may rarely undergo malignant transformation into a squamous cell carcinoma.\[[@ref2]\]

Mean age at presentation of these lesion is 40 years; epidermoid cysts are typically asymptomatic.\[[@ref6]\] Giant extradural epidermoid with profound deformation of the brain and extensive lytic skull lesions may allow a normal life without any significant neurological deficits.\[[@ref10]\]

CT scan plays an important role in the assessment of the skull involvement and intraparenchymal extension. Typically, epidermoids are hypodense on CT scan. Thinning and expansion of the bone and breakthrough of the cortex of outer and inner tables on CT scan indicates a slow-growing intradiploic cyst. MRI is useful in assessing the intracranial extension of the tumor. It appears hypointense on T1-weighted and hyperintense on T2-weighted MR sequences.\[[@ref3]\] High signal intensity on DWI and lack of signal suppression on fluid-attenuated inversion recovery sequences of MRI are additional features of epidermoid cyst on MRI.

Histologically, epidermoid cysts are lined by stratified squamous epithelium and are filled with keratin.\[[@ref9]\]

Complete removal of the cyst along with its capsule is the treatment of choice. Recurrences of intradiploic epidermoid cyst have been reported.\[[@ref7]\]
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